right vastus medialis. EEG slightly abnormal: a slight to moderate specific dysrhythmia is present, probably constitutional; it is unlikely to be due to cerebral involvement from systemic disease. Dr D Wise: None of the 40 cases of diffuse angiokeratoma examined by me has shown such a collection of different vascular lesions as has this man. Clustered punctme typical of angiokeratoma are present on the sides of his chest and they have a background of dilated venules, but the large lesions on his ears, lips and tongue appear to be venous lakes. On his arms there are small eruptive angiomata, distinguishable from angiokeratomata of the same size by their light colour. I understand that he has a comeal epithelial dystrophy of the type that we have found in every case of angiokeratoma with skin lesions. It would have been of interest to examine his mother's eyes with a slit lamp, for in the families with diffuse angiokeratoma that we have studied since our recent article was written (Wise, Wallace & Jellinek, -1962, Quart. J. Med. 31, 177) the heterozygous females have usually had corneal opacities even in the absence of skin lesions. Although no affected man is known to have survived beyond the age of 60, the women often live to old age. The corneal opacities have been found in a girl of 7 and I have seen skin lesions in a boy aged 6. fully investigated. At that time she was known to the presenter under whose care she has remained since 1955. Xanthomata appeared in 1954. Jaundice followed treatment with chlorpromazine in 1955. In 1957 she was an in-patient at St John's for dietary treatment. In 1960 angina of effort appeared.
Family history: Her father suffered from gallstone colic and died of coronary disease. A sister is obese and is at present in hospital with coronary occlusion. A niece has suffered tbree attacks ofjaundice.
Clinical findings: There are numerous defined, slightly scaly, but non-infiltrated discs on the forearms, fewer on the legs. There are xanthomatous plaques on the extensor surfaces of the elbows and in the popliteal fossae, and the palmar skin creases are yellow. Xanthelasma palpebrarum and arcus senilis are not seen. Treatment: Low fat diet in hospital, thyroid, and fatty acid preparations did not alter the clinical or biochemical findings. A prolonged course of triparanol ( Fig I) brate for periods of up to ten months. The serum cholesterol in all was above 400 mg/100 ml before treatment, the highest being 750 mg/100 ml. In every case the level has fallen within four to six weeks to below 350 mg/100 ml and this level has been maintained with continuous treatment. In a series of normal controls I find that the serum cholesterolat least in Yorkshireshows a wide spectrum extending up to 350 mg/100 ml and I regard the levels we have attained with clofibrate as within normal limits. In two patients the skin lesions have almost disappeared and one of these who suffered from migraine and intermittent claudication is now almost symptom free. One of these patients had been treated for a year with nicotinic acid 2 g daily, during which time her profuse skin lesions completely resolved. On stopping treatment her serum cholesterol rapidly rose from normal to near its pretreatment level of 600 mg/ 100 ml but treatment with clofibrate has again depressed this to about 200 mg/100 ml. Prolonged and persistent treatment would therefore seem necessary.
Dr E M Jepson: There is a considerable variation in the response of these patients to treatment. Our results with clofibrate have been less satisfactory than in Dr Sharvill's patient.
In reply to Dr Church, we would not accept a serum cholesterol of 350 mg/ 100 ml as normal.
Non-thrombocytopenic Purpura T J Ryan BM (for H R Vickers FRCP) Mrs M W, aged 46 Past History: Rheumatic fever and chorea; four attacks age 15 to 20. Migraine, sometimes with loss of consciousness, for ten years.
Presenit history: February 1961: sudden onset of crops of indurated papules which become purpuric, affect legs, arms and face, and are accompanied by peripheral joint pain and swelling. This purpura and joint swelling has persisted until the present time. The purpura is disfiguring; the joint pains prevent simple activities such as shopping.
The only period of freedom was a month's holiday in Ireland in 1962. The purpura recurred on the day of return to England before leaving Ireland. The attacks are worse when she is 'upset' or 'cold', and shortly before menstruation or when she has a migraine.
Social history: There are intermittent family crises.
The purpura is always preceded by a raised nonpurpuric 'urticarial' lesion; macroscopic blood appears in the centre of the lesion after approximately two hours. The lesions are more numerous on exposed areas: on the neck the distribution is 'V' or 'square' shaped according to the type of dress worn. On the legs the pattern is reticular following the persistent pattern of the skin vasculaturecutis marmorata. Occasional lesions are necrotic. The soft palate and buccal mucost are sometimes involved.
Histology: The blood vessels in the dermis are surrounded by a thick mantle of lymphocytes and polymorphs which show marked nuclear fragmentation. Small perivascular humorrhages are also present. These changes extend into the subdermal fatty tissue.
Associated symptoms and signs: Occasional abdominal discomfort. Occasional hxematuria. Very frequent pain and swelling of knees, ankles and elbows. Occasional fever.
During the past three years she has had six sore throats, one attack of pleurisy, one attack of acute
